Familial benign chronic pemphigus (Hailey-Hailey disease) is a blistering dermatosis, which is inherited as an autosomal dominant trait and usually presents around the third and fourth decades. Painful erosions, vesico-pustules and scaly erythematous plaques appear at sites of friction such as the sides of the neck, the axillae, the groins and the perineum. A case of familial benign chronic pemphigus in a 54 year-old woman is presented. The disease started at the age of 35. The areas of predilection are the axillary and submammary folds and genital area. Erythematous, macerated plaques were found with multiple painful fissures, vesicles and crusts in its periphery. The diagnosis was established on the basis of physical examination and was confirmed by histological examination of a skin biopsy. A suprabasal cell separation (acantholysis) of the epidermis was found. A family history is present. An autosomal dominant mode of inheritance was confirmed by genealogical analysis. Thirteen members have been affected by the same disease. In the presented case topical and systemic antibiotics, antimycotics, corticosteroids and retinoids were applied with a transient result. The patient was treated with topical Pimecrolimus which showed a good result. Postlesional hyperpigmentations were found after this treatment.
inguinal folds and the neck. Bullous and erosive lesions epithelised slowly without scars. There was no seasonal influence, however the skin eruptions appeared around menstruation. The patient's father and other 11 relatives in three consequent generations were affected by the same disease. Physical examination showed erythematous, macerated plaques with multiple fissures, peripheral vesicles and crusts in the axillary and submammary folds and the genital area (Fig.1) . The routine blood count and urine analysis were within the normal limits. Microbiological examination revealed Candida albicans and Staphylococcus aureus. Histological examination of skin biopsy showed intraepidermal clefts of varying sizes both suprabasally and higher in the epidermis, as well as the characteristic incomplete acantholysis giving it the appearance of a "dilapidated brick wall" (Fig. 2 ). An autosomal dominant mode of inheritance was confirmed by genealogical analysis. Thirteen family members have been affected by the same disease ( fig. 3 ). The patient's medical history revealed a negative direct immunofluorescence evaluation, which is consistent with a diagnosis of Hailey-Hailey disease (or chronic benign familial pemphigus). In the presented case systemic and topical antibiotics (Clindamycin caps., Fucidin cream), antimycotics (Itraconazole), topical corticosteroids and retinoids were applied with a transient result. Finally the patient was treated with topical pimecrolimus two times a day with a good result. All of the lesions healed within 2 weeks. Postlesional hyperpigmentations were found after this treatment ( fig. 4 ). We observed no side effects like pruritus and burning sensation.The patient was followed up.
DISCUSSION:
Hailey-Hailey disease, or chronic benign familial pemphigus, is a genodermatosis arising in adult age with recurrent vesicles and erosions primarily in the flexural areas. Along with the typical intertriginous localization of HaileyHailey disease, generalized cutaneous involvement may also occur (6, 10, 14) . It is an autosomal dominant skin disorder characterized by abnormal keratinocyte adhesion in the suprabasal layers of the epidermis. The responsible defect has been identified in the gene named ATP2C1 on chromosome 3q21-24, encoding the human secretory pathway Ca(2+)-ATPase (hSPCA1) (9) . More than 82 different ATP2C1 mutations have been described up to date.No direct genotype-phenotype correlation between a specific mutation and the disseminated variant of Hailey-Hailey disease has been demonstrated. Suction has been used to investigate cell adhesion in clinically normal skin in Hailey-Hailey disease.They have demonstrated that there is a widespread subclinical abnormality in keratinocyte adhesion in this disease. There may be a synthesis of functionally deficient adhesion junctions, increased breakdown of adhesion junctions or abnormalities in other adhesion proteins in the epidermis in Hailey-Hailey disease. The findings contrast with those in Darier's disease in which abnormal cell adhesion was only demonstrable in clinically involved skin. Although the clinical and histological pictures of these diseases overlap, characteristic clinical features make differentiation possible (3, 8, 11) .Familial benign chronic pemphigus (Hailey-Hailey disease) is often disabling genodermatosis that may not respond to conservative dermatologic therapy (7) . It can be successfully treated by excision of the lesional skin followed by split-thickness grafting. The success of surgery is attributed to the removal of adnexal structures and a decrease in sweating and maceration. Surgical excision provided definite relief from an otherwise disabling disease and a satisfactory improvement in life-style (1, 4) . This condition may be treated successfully by carbon dioxide (CO2) laserabrasion. The procedure spared the underlying adnexae which contributed to the reepithelialization of the epidermis (5). Treatment with systemic retinoids followed by aromatic retinoids was tried but eczema herpeticum developed in the affected areas and dissemination of Hailey-Hailey disease ultimately occurred (12) . The strong steroid ointments are really effective for this disease when secondary infection was prevented by the application of antibiotics and/or antimycotics as in our case (7, 9) . No serious side-effects except skin atrophy and contact dermatitis were observed. Morbus Hailey-Hailey may be treated with cyclosporin too (2).There was a clear improvement in the affected skin area. The response lasted for 24 weeks but there was a gradual deterioration after the treatment was stopped.Topical tacrolimus ointment is an effective therapy for Hailey-Hailey disease (13). We obtained similar results in the treatment with topical pimecrolimus.
IN CONCLUSION we present a case of familial benign chronic pemphigus (Hailey-Hailey disease), which started in the fourth decade with painful bullous and erosive lesions and scaly erythematous plaques which appeared at the sites of friction. In the presented case topical and systemic antibiotics, antimycotics, corticosteroids and retinoids were applied with a transient result. We have demonstrated a good effect with topical pimecrolimus treatment. 
